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Pheochromocytoma occurs in 0.1 to 5.7% of patients with type 1 neurofibromatosis (NF1).
Radiological findings of pheochromocytoma are often similar to those of neurofibroma ; therefore, any
pheochromocytoma should be excised in hypertensive patients with NF1. A 60-year-old male patient with
NF1 was referred to this hospital for an incidentally discovered right adrenal mass, 7×6 mm in diameter.
The patient had multiple benign tumors and suffered from hypertension for 4 years. Laboratory findings
showed increased serum and urine catecholamine levels. Magnetic resonance imaging (MRI) revealed a
high signal intensity on T2-weighted images, which was enhanced by gadolinium contrast. The mass was
positive for 131 I-metaiodobenzylguanidine (MIBG) scintigraphy. A laparoscopic adrenalectomy was
performed. A histopathological diagnosis of pheochromocytoma was made. The patient's post-operative
course was uneventful, and blood pressure was normalized. Screening of the adrenal tumor is strongly
recommended for NF1 patients with hypertension, since any unfavorable events due to catecholamine such as
cardiomyopathy and fatal arrhythmia can be avoided by adequate surgical intervention.
(Hinyokika Kiyo 55 : 749-752, 2009)
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状の皮疹，Lisch 結節を 3 個認め NF1 と診断した．
1994年 9月，健診の胸部レントゲンにて縦隔異常影を
指摘され，胸部 CT にて右上縦隔に径 5×4×5 cm の
造影効果のある充実性腫瘍を認めた．その後，頭部






た際，腹部 CT にて径 7×6 mm の右副腎腫瘍を指摘




からメシル酸ドキサゾシン (2 mg/day) 内服を開始し
たが血圧コントロールはやや不良であり， 7月29日，
副腎摘除術目的にて入院となった．
現症 : 身長 172.0 cm，体重 73.7 kg，体温 36.7°C，
血圧 150/93 mmHg，脈拍96回/分，全身の皮膚に多発
する神経線維腫，café-au-lait 斑を認めた (Fig. 1）．
血液生化学検査 : WBC 4,500/μl，Hb 13.0 g/dl，Ht
38. 4％，Plt 234× 103 / μ l，TP 6. 8 g/dl，BUN 19. 8
mg/dl，Cr 1.0 mg/dl，Na 142 mEq/l，K 4.7 mEq/l，
Cl 105 mEq/l，AST 16 IU/l，ALT 16 IU/l，ALP 156
IU/l，γ-GTP 95 IU/l，LDH 130 IU/l，TC 219 mg/dl，
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TG 170 mg/dl， CRP ＜0.25 mg/dl， ACTH 89.2
pg/ml，アドレナリン 21 pg/ml，ノルアドレナリン
610 pg/ml（基準値100∼450），ドーパミン 9 pg/ml，
11-OHCS 17.2 μg/dl，コルチゾル 18.6 μg/dl，アルド
ステロン 48.8 pg/ml
蓄尿検査 : アドレナリン 35.0 μg/day（基準値3.4∼
26.9），ノルアドレナリン 163.6 μg/day，ドーパミン
816.6 μg/day，尿中 VMA 5.6 mg/day，メタネフリン
0.23 mg/day（基準値0.04∼0.19），ノルメタネフリン
0.39 mg/day（基準値0.09∼0.33），尿中 5-HIAA 5.6
mg/day
画像所見 : 腹部 CT ; 右副腎に径 7×6 mm の腫瘤
を認めた (Fig. 2）．腹部 MRI ; 腫瘤は T2 強調像で高
信号，ガドリニウムにて造影効果を有していた (Fig.
3）．131I-MIBG シンチグラフィー ; 右副腎部に集積を
認めた (Fig. 4）．





Fig. 1. Café-au-lait spots appeared on the skin of
the trunk.
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Fig. 2. Computed tomography showed a mass 7×6





Fig. 3. Magnetic resonance imaging showed an oval mass in the right adrenal medulla, which was characterized
by high signal intensity on T2-weighted images (3A) and enhanced by gadolinium contrast (3B).
泌55,12,03-4
Fig. 4. The mass in the right adrenal gland was
positive for 131I-MIBG scintigraphy.
















NF1 は米国国立衛生研究所 (National Institute of










































の 1例を経験した．高血圧を有する NF1 患者は褐色
細胞種の合併を考慮すべきである．
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Fig. 5. Histopathologically, polygonal tumor cells
with the basophilic cytoplasm proliferated
with vascular stroma and formed sharply-
defined nodules. There were no findings
consistent with malignancy (×200, HE
stain).
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